We completed a national study of 
In three families a history of parental consanguinity was obtained (1 74%). In two ofthese the parents were first cousins and in the third family second cousins. The diagnoses were bilateral anophthalmos and optic nerve hypoplasia in the first two cases, and optic atrophy in a background ofhydrocephalus from aqueduct stenosis in the third.
PRENATAL
These were cases with lesions occurring before the perinatal period that could not be classified as chromosomal or genetic: 69 cases (40%) fell into this category. The most frequent findings here were optic nerve hypoplasia in 25 cases and optic atrophy in 21. Cortical blindness was diagnosed in 10 cases. Many of the latter two diseases were secondary to systemic abnormalities such as hydrocephalus or metabolic disorders (many of which were not fully elucidated at the time of the study) and were associated in the same patient. Optic nerve hypoplasia was associated with absent corpus callosum, fetal alcohol syndrome, twin-to-twin transfusion, spina bifida, and septooptic dysplasia. Rubella syndrome was diagnosed in five, the youngest being 11 years old. A further five each had colobomata or non-hereditary cataract. One child with colobomata was thought to have Goltz syndrome, but because the evidence was inconclusive she was categorised as having a coloboma of prenatal cause rather than hereditary (Goltz syndrome is thought to have an X-linked pattern of inheritance).
PERINATAL
A total of 46 (27%) cases were in this group. Nineteen cases of retinopathy of prematurity were seen, 14 of optic atrophy, and 11 of cortical blindness. The latter two diseases were frequently seen together in the same patient and caused by hypoxic ischaemia from birth trauma. For the statistics from any register to be of use the register must actively seek out those visually impaired people in the population, document them accurately (this involves ontinued review of those registered), and delete those who die or whose acuity improves to a level greater than that at which they would qualify for registrationthat is, a 'live' register.
Our study is an attempt to document In Britain several monographs have been published by the Department of Health and Social Security on blindness and partial sight. In recent years these have been confined to the adult population; the most recent containing information on children was published in 197910 and referred to the years 1969-76 in England. The information contained in this report is derived from blind registers and not active ascertainment of all cases in the population. The statistics therefore must not be taken as an accurate reflection of the actual incidence and prevalence of the conditions described, but merely as the best available. Our survey, however, has attempted to assess the whole population so that the statistics produced are as accurate as is possible.
The criteria in this study for 'blindness' are stringent by most standards. Legal blindness in the Republic ofIreland is usually taken to be 6/60 or worse in the better eye, or 200 field or worse in the better eye. However, the WHO definition is 3/60 or less in the better eye.2 For many children a vision of 6/60 does not preclude education by visual methods. Snellen acuity cannot be measured in preverbal infants or in the more severely mentally handicapped. Yet many blind children fall into these categories. For this reason we have set out different, but roughly equivalent, criteria for registration in these groups. An Bryars's study in Northern Ireland of visually handicapped children' showed that 95% of his cases had pre-or perinatal causes, and 51% were genetic in origin. Of note is the fact that birth injury caused only 2% of his cases. However, 18% were attributed to optic atrophy, with no comment on the primary diagnosis, and presumably some of these are as a result of birth asphyxia. He does note a high incidence of optic atrophy among the mentally handicapped.
In this survey 28 out of 172 (16-28%) had genetically determined disease. This figure is considerably less than those quoted by Baraitser'3 and Jay.'4 Sixty nine cases, however, had causes of their disease that were categorised as prenatal. Many ofthese had conditions which, though not definitely genetic in origin, may have some genetic background in a multifactorial aetiology, such as optic nerve hypoplasia. It is possible that our strict criteria for inclusion in the genetic category, namely an accurate diagnosis with proved genetic aetiology, may have decreased our total. An associated systemic diagnosis was made in 112 cases (65%). Little reference is made in the DHSS reports (or any of the other large surveys) to this important aspect of the subject. Without this information the significance of a morphological diagnosis such as optic atrophy cannot be assessed, since the aetiology is so diverse.
The commonest morphological diagnoses (which often coexisted in the same patient) were optic atrophy (48 cases), optic nerve hypoplasia (39 cases), and cortical blindness (27 cases). The commonest single causative factor in the first and last of these was birth asphyxia (19 cases). The prominence of optic nerve hypoplasia in this list probably indicates increased recognition of this sometimes subtle condition. A small number have only this isolated abnormality (3 cases) but a great many more are associated with other congenital abnormalities, such as albinism, hydrocephalus, agenesis of the corpus callosum, and septo-optic dysplasia. Retinopathy of prematurity is still a major cause of childhood blindness, seen here in 19 children. However, none of the children so affected were born after September 1987, so perhaps the management of the condition is improving. Recent experience in the field ofretinal cryotherapy in this condition gives reason for hope, suggesting a reduction by a half in the numbers of eyes with an unfavourable outcome. " Eleven children were found to be blind owing to tumours. Eight had blinding bilateral retinoblastoma, and three more had intracranial tumours causing damage to the anterior visual pathways (a craniopharyngioma, a hypothalamic astrocytoma, and an optic chiasm glioma).
The two commonest single primary causative agents are prematurity and birth asphyxia, both with 19 cases (11% of the total each). It is important to mention that we did not come across any cases of blindness from bilateral untreated or poorly treated amblyopia. Only three cases ofblindness from childhood glaucoma were seen. Rubella eye disease seems to have been almost eradicated, the youngest patient (of only five) was 11 years old. The pattern of diagnoses fits roughly into that seen in other western nations."2 44% of the children seen were mentally handicapped. This is similar to other European studies. But if those with developmental delay and diseases likely to lead to mental handicap are included the total is nearer 60%. This can be explained by our confining our study to the severely visually impaired. These children tend to have a higher prevalence of mental handicap."
A large proportion of our cases were under 5 years (46%). This may be attributable to our easy access to the three largest maternity units in the country, all located in Dublin and all referring cases directly to our own paediatric ophthalmology service.
This study shows that almost 30% of the causes ofblindness in this country are potentially remediable -genetic causes (16%) through genetic counselling, retinopathy of prematurity (11%), and birth asphyxia (11%) - One of the chief reasons for undertaking this survey was to upgrade the quality of the ophthalmic and background medical data on the current blind register and to register as many new blind children as possible. The data collected will now constitute the start of a live register to be maintained by the National Council for the Blind in Ireland. A live register would provide information on incidence and prevalence and demographic risk factors, and give invaluable aid to researchers and to those who provide services to the target population.
